ed malignant hypertension six months after the onset of the disease and at follow up 12 patients had evidence of renal damage. The incidence and prognosis of renal disease in adults appears to be similar to that in children.
In the majority of cases the etiology of the condition was uncertain. Evidence of streptococcal infection was found in 17 patients but no control group was available for comparison. A definite cause was established in only one patienta woman who was given thiazide diuretics on two separate occasions and on both developed purpura.
In the group of 20 patients who continued to have crops of purpura for one year or longer unusual features or evidence of other disease became apparent in 6. One woman, in the twelfth year of her disease, was found to have antinuclear factor and LE cellsprevious searches having been negative. One patient had hypergammaglobulinemia, chronic active hepatitis and cryoglobulinmmia. A third, with a three-year history of recurrent purpura, had histological evidence of polyarteritis nodosa. The other patients had serum protein abnormalities and one in addition had Raynau's phenomenon.
A full account of this work will appear elsewhere (Cream et al. 1970) . 
Vasculitis in Gastrointestinal and Hepatic Disorders
In considering the effects of large vessel occlusion on the bowel it is to be remembered that because of extensive anastomoses at least two of the three vesselscoeliac, superior and inferior mesenteric arterieshave to be occluded to produce ischaemia. Pathological changes range from necrosis of the mucosa with stricture formation on healing to complete gangrene of the bowel. The clinical picture also varies, manifestations including abdominal angina, the malabsorption syndrome and more acute syndromes of intestinal obstruction due to infarction.
Involvement of the smaller arterial vessels by various forms of vasculitis will similarly lead to liniited necrosis or infarction of the bowel, depending on the severity and extent of the arterial occlusions. Vasculitis of the intestinal arteries can occur in polyarteritis nodosa, dermatomyositis, lupus erythematosus and in rheumatoid disease. The following two case histories illustrate different ways ofmanagement: Case 1 A man of 57 presented in 1960 with seropositive rheumatoid arthritis and was treated with corticosteroids. In 1961 he developed episodes of fever and increasing muscle weakness. In 1962 acute abdominal pain and vomiting led to an immediate laparotomy. Two necrotic areas of small intestine were found and 18 inches (45 cm) of bowel resected. At autopsy shortly afterwards there was a generalized arteritis with florid necrotic lesions in the large intestine.
Case 2 A child aged 5 years with disseminated lupus erythematosus was readmitted with abdominal pain and vomiting. At laparotomy the whole small intestine was found to be hyperemic and covered with small haemorrhages. No resection was performed and the symptoms subsequently responded dramatically to corticosteroid therapy.
In these diseases where there is always certainly diffuse vascular involvement it seems reasonable to try conservative measures for at least 48 hours with intravenous fluids, intestinal suction and administration of corticosteroids and low molecular weight dextran. Only if there are definite signs of bowel infarction or intestinal obstruction should surgery be performed.
Involvement ofthe Liver
In the various diseases with diffuse vasculitis already mentioned arterial lesions can also affect the vessels supplying the liver. This may lead to small areas of hepatic necrosis and occasionally to aneurysmal formation when the major branches of the hepatic artery are involved. Lesions affecting the smaller arterial branches in the portal tracts may sometimes be demonstrated on liver biopsy. Hepatic arterial lesions are described in disseminated lupus erythematosus but it is important to distinguish this condition from lupoid hepatitis, a type of active cirrhosis probably of autoimmune basis, in which LE cells are found in the blood, although they are not present in all cases. Dr I Sarkany describes the cutaneous vasculitis which can occur in this condition (p 819).
It is to be remembered that the liver has a dual blood supply and that there are 26 possible collateral pathways to the liver other than by the typical coeliac supply. Ligation of the main hepatic artery will lead to a temporary disturbance in liver function for two to three days only, and the effects on liver function when small arterial vessels are involved, as in the diffuse vasculitides already mentioned, may be difficult to determine; indeed, little information is available.
Furthermore, liver involvement in these collagen diseases may be not due to vasculitis at all. Two examples may be quoted here:
(1) Felty's syndrome: In this type of rheumatoid disease there is marked splenomegaly and leukopenia. We have observed recently various hepatic changes including hepatic sinusoidal infiltration by lymphocytes and disturbance of lobular pattern of the liver with apparent nodule formation and occasional cirrhosis (Blendis et al. 1970) . It is possible that at least the former changes are related to an increased portal blood flow through the liver consequent to the gross splenomegaly and increased spleen blood flow for similar changes have been found in other conditions with marked splenomegaly (Blendis et al. 1970 ).
(2) Scleroderma: The vascular lesion of this disease is well known and sclerodermatous involvement of the gastrointestinal tract from aesophagus to rectum has also been described but the liver lesions probably have a different etiology. In a recent review of the literature on the liver involvement in scleroderma we found that a wide variety of lesions had been described including hepatosplenomegaly, calcification of liver and spleen, fibrosis of the gall-bladder and in portal tracts, lupoid hepatitis, portal cirrhosis and biliary cirrhosis. The last appears to be the type most frequently encountered and recently we have seen 2 patients with scleroderma and with the liver lesion of a primary biliary cirrhosis (Murray- Lyon et al. 1970 ). Both patients had hepatosplenomegaly and had slight elevation of the serum alkaline phosphatase. In addition mitochondrial antibodies were present in the serum. Antinuclear factor and rheumatoid factors may also be present, and it seems likely that the association of these two conditions may be on the basis of common autoimmune processes.
Juvenile Cirrhosis and Allergic Capillaritis of the Skin
Although the usual nonspecific cutaneous stigmata seen in liver disease, including cutaneous strik, clubbing of fingers, purpura and acne, may also be seen in juvenile cirrhosis, a specific change of allergic capillaritis of the skin may occur. The occasional association ofjuvenile cirrhosis (active chronic hepatitis, lupoid hepatitis or plasma cell hepatitis) with ulcerative colitis, rheumatoid arthritis, renal changes or Hashimoto's disease suggests that the disease is due to an abnormality of the inmnune mechanisms.
In some 9 cases of juvenile cirrhosis a chronic skin eruption on the trunk was seen, characterized by active inflammatory papules with a central pustular element, later forming a crust and eventually leading to fibrosis and the formation of a characteristically depressed scar. Finally, a persistent, pale, depressed, circular or oval lesion resulted, which resembled a postvaccination scar. Histologically, the microscopic changes were characteristic of an allergic response and showed the changes of an allergic vasculitis.
In combination with juvenile cirrhosis, these skin changes were considered to represent a true hepatocutaneous syndrome (Sarkany 1966) . It was suggested that this characteristic skin picture in juvenile cirrhosis corresponded to the frequent association of juvenile cirrhosis with ulcerative colitis, renal changes, arthritis and thyroid disease, and that all these were a manifestation of a disturbance of immunological mechanisms in this disease. Others have confirmed these findings (Kurwa 1968 ).
